da2agKka bone3nu Aspaama JunKONbHA,

unu Yro cnepyet HU3bIBATL CUMNITOMOM/CMHAPOMOM/60€e3HbIO JIMHKONbHA?

B Hauyane 60-x rofqoB NpoLUNIOro CroneTvs NosSBUIACh TeOpUs O TOM, uTo 16-i npesupenT CLUA
Aepaam JiuHkonbH ctpagan cuHapomom Mapdana (CM). B TeueHue TpuaLATY JIET Y 3TOM TEOPUM
NPAKTUYECKU HEe 6bINIO [OCTOMHBIX ONMMOHEHTOB, U NULLb B 90-X roaax 6b1au NpepasioXXeHbl AbTEPHATUBHBIE

runoresnbl 6051€3HM Npe3ngeHTa.

B naHHOM 0630pe nonbITaeMcs OTBETUTb HA BOMPOC O TOM, cTpagan nu Bce-taku JiunkonoH CM. ing atoro,
BO-NepBbiX, 06paTumMcs K COBpeMEHHOMY OnpeaesieHUIO 3TOM NATONOrMMU, U, BO-BTOPbIX, CONMOCTABUM
MMeloLLMecs cerogHs 3HaHus ¢ ucropuei 6onesHun JiunkonoHa. Bo3aMoXXHO, OTBET HO NPUBEAEHHbIN BbilLe
BOMNPOC MOKMKETCH He TUKMM OgHO3HAYHbIM, KOK NONBEKA Hasag,.

Cundopoum Mapgparna —
3MO_He MoAbKO Bblcokult pocm,
xyooba u apaxHooakmuiUg

B 1896 rony dpanmysckuii menuatp Autyan bepHapn Map-
dan (1858-1942) Ha 3acemaHuM MeIMIIMHCKOTO OOIIECTBa
B [lapuxe cooOIIMI O CBOEH MAIlMeHTKe — S-JIETHEl IeBOUYKe
labpuens acTeHMYECKOTO TETOCTOXEHUSI C AUCTIPOMOPIILO-
HaJIbHO [UTMHHBIMA KOHEYHOCTSIMU U BPOXIEHHON KOHTPaK-
Typoii manbiieB. M xors y marmeHTkn MapdaHa B cOOTBET-
CTBUU C COBPEMEHHBIMU TIPEJICTABTIEHUSIMU NMEJIa MECTO JIPY-
rast MaToJIOTUsT COeMMHUTETbHOM TKaH! (KOHTPAKTypHAst apax-
HONAKTUIINUS), TIOAO0OHBI TabUTyC (BBICOKUI POCT, BIPAXXEH-
Hag Xyno0a, y3kas IpyaHas KJeTkKa, HempONOpIMOHATbHO
JUIMHHBIE PYKW C JUTMHHBIMKA ITTayKOOOpPa3HBIMM MajIblIaMM)
C TeX Mop CTaJu UMEHOBaTh CMHIAPOMOM MapdaHa.

B nammm gy mog CM moHMMAIOT HacleICTBEHHOE 3aborie-
BaHME COEAMHUTENbHOM TKAaHW CO 3HAYUTEbHOI Bapuadeb-
HOCTbIO KIIMHUYECKUX MPOSIBICHUI, Cpe KOTOPbIX Hanbosee
XapaKTEePHBIMU SIBJISIOTCSI TIOPaXKEHUsST CepeYHO-COCYAUCTON
CHCTEMBI, OTIOPHO-/IBUTATEIHHOTO afmapara U OpraHa 3peHust
(Tax Ha3bIBaeMast kiaccudeckasi Tpuanga CM). Pacnipoctpanen-
HOCTb 3TOTO 3a00JI€BaHUS B MOMY/SIMK cocTasisiet oT 1:5000
10 1:10000, He3aBUCHMO OT Teorpadum, pachl WK MOJIa.

Hawu6onee gactoii matosnorueit oprana 3penus y i ¢ CM
SIBJISIETCST MUOTIMSI. DKTOIMSI XPYCTaTMKa (BBIBUX, TOIBBIBUX)
HabmomaeTcst MpUOIM3UTETBHO Y 60% OOJTBHBIX M CUMTACTCS Ma-
TOTHOMOHMYHBIM Nipu3HakoM 1isi CM. Takke y jiull ¢ 3TUM 3a-
00JIeBaHMEM 3HAUUTEILHO TIOBBIIIEH PUCK OTCIIOEHUSI CETYATKH,
Pa3BUTHSI TJIAyKOMbI M PAHHETO 00Pa30BaHMs KaTapaKThl.

Co CTOpOHBI ONMOPHO-JIBUraTebHOrO ammapata npu CM
HauboJsiee xapaKTepHbIMU MPU3HAKAMM SIBJISIOTCS] YCUIEHHBIN
POCT KOCTeli B IJIMHY U TMIIEPMOOUIBLHOCTD CycTaBoB. KoHeu-
HOCTH AMCIPOTIOPIIMOHATBHO JJIMHHbIE MO0 OTHOLIEHUIO K TY-
JIOBUIIY (JOJMXOCTEHOMEIHS). YCKOPEHHBIN POCT pedep Mo-
KET IPUBOIUTS K IehopMaIiuyl TPYTHOM KJIETKH C BOaBIEHUEM
TPYIMHBI (BOPOHKOOOpa3Hasl Tpyb, pectus excavatum) uim ee
BBITISTYMBaHUEM (KUJIEBUIHAS IPyib, pectus carinatum). Yacro
OTMEYaeTCs CKOJIMO03 PA3HOU CTETIEHN BBIPaXKEHHOCTH.

OCHOBHOU MPUYMHON BBICOKOI 32001€BAEMOCTU U PaHHEN
cMepTHOCTH Jiuil ¢ CM sBJsieTcsl opakeHue CepieuHO-CoCy-
JIUCTOM CUCTEMBI, MPEXe BCEro pacIllipeHre a0pThl HA YPOB-
He cuHyca BanbcasbBbl, paccioeHue U pa3pbiB a0PTHI (B TOM
quciie 6e3 Haluuusl aHEBPU3MBI), TIPOJIATNIC MUTPATBHOTO KJla-
naHa c/6e3 peryprutaluu, npoianc TPUKYCIUIaTIbHOTO Kila-
TaHa, AuiaTalysi Jero4YHoi apTepuu.

Yro kacaercsi mpuuYMHBI 3a00jeBaHus1, TO emie B 1931 T
H. Weve npenmonoxwi, 4To B OCHOBE KITMHUIECKUX MPOSIBIIE-
Huit CM nexut nedext mezonepMel. B 1955 . omuH 13 cambix
M3BECTHBIX TeHeTUKOB Mupa V.A. McKusick omy6inkoBan Mo-
Horpaduio «HacnencTBeHHbIe 3a001€BaHNST COEIMHUTELHOM
TKaHW», B KOTOPOI BAXXHOE MECTO OTBEJI OMUCAHUIO HE TOJHKO
KJIMHUYECKOW KapTHHBI, HO U 3THomaToreHe3a CM. B 1966 r.
nosiBuiics ete onuH Tpya V.A. McKusick, moxainyii, onuH u3
CaMBbIX [IUTHPYEMBIX 32 BCIO HCTOPUIO MEIUITTHBI, —
Mendelian Inheritance In Man (MIM). B sTom ka-
TaJore MOHOT€HHBIX PU3HAKOB 1 3a00J1€BaHMIA Ye-
noBeka CM OTKpbIBaJl HOBYIO HO30JIOTMUYECKYIO
CTPaHUILy HACTEACTBEHHBIX 3200I€BaHUI COEMHM-
TenbHOM TKaHU. A B 1991 . V.A. McKusick ycraHo-
BWJI M MOJIEKYISIPHO-TEHETUYECKYI0O OCHOBY 3TOM
MaToJOTUM — MYTalWio TreHa GuopuInHa-1
(FBN1), moKaam30BaHHOTO Ha IJIMHHOM ILIeYe
XpoMocoMbI 15 B tokyce 15g21.1. Hapymienue cuH-
Te3a (GUOPUUIMHA — OTHOTO M3 OEJIKOB COEAVHU-
TEeJIbHOM TKaH! — MTPUBOJIUT K €€ TIOBBIIIEHHO pac-
TSDKUMOCTH U HECTIOCOOHOCTH BBIIEPKUBATH (PH310-
JIOTMYECKUE HATPY3KU.

VYcTaHOBJIEHO, YTO MPUOIM3UTENBHO B 75% ciy-
yaeB CM mnepenaeTcst 1o HacleICTBY (ayTOCOMHO-
JOMWHAHTHBI TUM HAcJeOBaHUsI), B OCTAIbHBIX
25% TpUYMHON 3a00JI€BaHKsI SIBIISIOTCSI CIIOPAIU-
yecKue MyTaluu. DTO 3HAUYUT, YTO PUCK POKIECHUS
00JIbHOTO pebeHKa B TOM CJIydae, eCiv OAUH POAM-
teb crpagaeT CM, cocrasiser 50%. Eciu 601bHOI
PpeOEHOK POIIICS Y KIMHUYECKH 3I0OPOBBIX POIUTE-
Jnieii (B OOJBIITTHCTBE CITyYaeB — 3TO PE3YJNIbTaT CIOo-
pPaIuIecKoll MyTallMu), PUCK POXKIEHUS BTOPOTO
pebeHka ¢ cuHapoMoM MapdaHa HAMHOTO MEHbILIE

Ckener 1 rabutyc

Cepaeuno-
cocyaumeras
cuctema

XOTh M HeYacTo, Ho BcTpevarotcsl. [IpeHaranbHas TuarHocTu-
ka CM npu 6epeMeHHOCTH BbICOKOTO PUCKa BO3MOXHA B TOM
cllyyae, KOTJla M3BeCTeH TUI TeHHON MyTalliu, BbI3bIBAIOIIEH
3200J1eBaHUE B TAHHOI CEMbE.

Hecmotpst Ha TO UTO ceroiHs U3BECTHA MOJIEKYISIPHO-TEHE-
Tyeckast ocHoBa CM, reHeTYecKoe TeCTUPOBaHME HE UTPAeT
BEIyIIYI0 POJIb B JMAarHOCTHKE 3TOTo 3aboneBaHus. Bo-mep-
BBIX, TAKOE WCCIECIOBAHUE HE SIBIISIETCS IIMPOKOMOCTYITHBIM,
BO-BTOpbIX, MyTauusi reHa FBN1 MoxeT nMerb aTMnuyHyIo
JIOKQJIM3ALMI0 UK XapakTep. Yxe omucaHo 6osnee 500 myTa-
uuit reHa FBN1, xotopsie npuBoadT K pazputuio CM (muc-
CeHC-MyTalu, GpeiMIIMdT-MyTau (CIBUT PaMKU CUUTHI-
BaHUs), CIIaiic-caiiT, HOHCEHC-MYTallud W 1p.). B TpeTbux,
mytaiuu B reHe FBN1 oOHapy-
KEHBl HE TOJBKO Y OOJbHBIX
¢ CM, HO ¥ TpH IPYTUX CXOTHBIX
00JIE3HSIX COEANMHUTENLHON TKa-
HU, OOBEIWHEHHBIX B TPYIILY
ubpunnuHomaruit 1 Tuna.
bonbiiHCcTBO OLIMOOYHBIX
IMAaTHO30B Y DOJICTBEHHUKOB
601bHBIX ¢ CM, Kak 0Ka3ajaoch,
CBSI3aHBI C TIEPEOIIEHKON 3HAYM-
MOCTH MOJIEKYJISIDHO-TE€HEe-
TUYECKUX UCCIEJOBaHUNA —
MOJIOXKUTENIbHBIN Pe3YJIbTaT y OMHOTO YWieHa CEMbH MPU-
BOIUT K MPEAB3ITOCTH IMArHo3a y Apyrux.

[MosTomy nmo Hacrosimiero BpeMeHW AuarHo3 CM
OCHOBBIBAeTCSl MPEUMYLIECTBEHHO Ha KIMHUYECKUX
MpuU3HaKax u cemeitHoM aHamHese. [lepBble quarHoc-
TUYECKUE KPUTEPUU ITOTO 3a00J1€BaHNsI ObLIM MPUHSITHI 9KC-
nepramu B 1986 1. ¥ GbUTH BKIIIOYEHBI B «BepIMHCKYI0 HO30-
JIOTWIO HACJIENCTBEHHBIX HApPYIIEHU! COeTMHUTENbHON TKa-
Hu». B 1996 . nnarHoctuueckue kpurepuu CM ObLIM mepe-
CMOTPEHBI U TIOTYIWIN Ha3BaHUe [€HTCKUX KPUTepueB, cpe-
I KOTOPBIX BbIIEJNEHBI OoJblIe U Maible (Tadi.). bonbuimne
KPUTEPUU: PACIIUPEHUE KOPHS WJIM PACCIOCHUE a0pThl Ha
YPOBHE cuHyca BanbcasibBbl, SKTOMUS XpycTaauKa, SKTa3us
TBEPJ0ii MO3TOBOI 000JI0YKM U Hasimuue 4 u3 8 crenuduyec-
KUX aHOMAaJMi OTOPHO-ABMTraTeIbHOrO ammapara. «bojb-
LIMM» KPUTEPUI CUUTAETCS BCIEACTBHE €T0 BHICOKOU CIeIM-
(buyHOCTH, TaK KaK OH PEAKO BCTPEeUaeTcs MpU APYTrUX MaTo-
JIOTUYECKUX COCTOSIHUSIX U B 0OIIeil momymsiuuu. [Iast Bcex
CUCTEM, KPOME CKEJIeTHOI, JOCTaTOUYHBbIM YCJIOBUEM CUMTA-
eTcsl HaJluyue OTHOTO OOJBIIOTO WJIM MAJoTO KpUTepHs,
HO B LIEJIOM IMAarHOCTUIECKOE PellleHUE TOKHO PUHUMATh-
Cs1 HA OCHOBAHUY OOJIBIINX KPUTEPUEB.

Nurkouavrn u cunopoum Mapgpana:
apzymeHmel 3ay»

XKusnp 16-ro mpesumenta CIIIA ABpaama JImHKOJIbHA
Oblj1a MpepBaHa Ha 56 TOAYy — OH ObLT YOUT BBICTPEJIOM B IO~
noBy 14 ampenst 1865 . B Teatpe ropona BalmmmHITOH ObIB-
muM aktepoM JIxxoHom Yuinkcom byrom. OH ObL1 youT

Bonblume kputepum

He MeHee yeTbipex NpUsHAKOB:

~ KUNEBUAHAS MW BOPOHKOO6PasHaAs AedopmaLms rPYAHOIN KNETKM,
TpebyiowLas XMPYpPruyeckoro neveHus

-y ANVHbI BEf 0 Tena K y
(< 0,88 ansa perei crap p wnm 1X) UAn 'y

OTHOLUEHMS pasmaxa pyk K pocry (>1,05)

- ckonuos3 (> 20°) unu cnoHamnponucres

— OrpaHMYeHmne pasrubaHus B noKkTeBom cycrase (<170°)

- nnocKko-BanbrycHas aedopmaums cronbl

— NPOTPY3Us BEPTANYXKHON BNAAMHBI.

BbiBMX (3KTONMS) XPYCTANMKOB

OpraH 3peHus

— AMNATaLMS KOPHS AOPTBI,
= paccnoeHne BOCXOAALLEN AOPTbI

AbixarenbHas cuctema

KoxHbie MOKpPOBbI
W MArKue TKaHu

Teepaas JKTA3MS B NOSCHUYHO-KPECTLLOBOM OTAENE NO3BOHOYHUKA
yeMm 50%, 0HAKO HECKOJIBKO BBIIIE YEM B ITOITYJISI- Mo3roBas 06 (no KT unn MPT)
MK, DTO CBI3aHO C TEM, YTO y OJHOIO M3 POIHU- = =
- o Hanuume kputepues CM y poputenei, peteit unu cubcos
TEJICH MOXET MMETb MECTO COMAaTMYCCKHU MIIN CemeiiHblii aHaOMHE3 myraumm reHa FBN1, xapakrepHbie gna CM

sMOproHanbHblil Mo3auuusM CM. Takue ciyyaw,

HacneposaHue mapkepHoro rannotuna AHK, cuennexHoro ¢ CM B cembe

Douesrnu Berukux arooell

MMEHHO B TOT MOMEHT, KOT/la CTpaHa ¢ SHTY3Ma3MOM U BOC-
TOProM OTMeyYaja OKOHYaHWEe KPOBAaBOW M JIMUTEIbHON
IpaxkmaHCKOI BOMHBI, YTO CITIOCOOCTBOBAJIO CO3IaHUIO BO-
KpYyr ero MMEHM opeosia MydyeHHMKa. BO3MOXHO mo3TOMy
B TeUEHME MHOTHUX JIET aMepUKaHIIeB MHTEPEeCOBaJ BOIPOC
0 TOM, CKOJIbKO CMOT ObI TPOXUTH ABpaaM JIMHKOJIbH, eCln
Obl He ObUT YOUT, TO3BOJMIJIO Obl COCTOSIHUME €T0 310POBbS
COBEPIINTH €Ille HeMaJIo IMOJIe3HBIX JAe]l Ha 0J1aro oTeuecTna
uin Het? Wctopus 6ose3Hu JIMHKOIbHA HACTOJBKO MHTE-
pecHa yUeHBIM M MCTOPUKAM, YTO B ampesie TEKYIIero roaa
HauunonanbHbiil My3eit 3nopoBbs u Menuiiiabl CLIA naxe
MpOBeJT 2-THEBHBI HAYYHBI CUMIIO3UYM, IMOCBSIICHHBIN
9TOM TeMe.

B XX crosetuu 6bU10 BbICKA3aHO HEMAJIO TUIIOTE3 O COCTO-
SIHUM 30pOBbs U 60s1e3HsX JIuHKonbHa. Hanbonee n3BecTHOIM
SIBJISIETCSI TEOPUST O TOM, UTO npe3uaeHT crpagan CM. K cioBy,
9Ty 00JIe3Hb MPUITKMCHIBAIOT TaKxXe (hapaoHy AxeHaTeHy, [aHcy
Xpuctuany Anznepceny, Llapmio ae Tommo, KopHero YykoBc-
komy, Hukono [laranunu, Ocame ben JlameHy u maxe
neiictByromemy npesuneHty CILA Bapaky Obame, cxoxkecThb
KOTOpOro ¢ apaoHOM AXEHATEHOM AKTUBHO OOCYXXIAeTCs
B ceTu MHTEpHeT.

Teoprto o TOM, UTO
JIvHkombH ctpanan CM,
MEPBBIM  TIPEIIOXKIIT
AM. Gordon B 1962 T.
Ero rumnore3a 0CHOBBI-
BaJlach Ha CJICAYIOIINX
(akrax. PocT ABpaama
JIuHKOIbHA cOCTaBIISLI
193 cM, yTO OBLTO 3HA-
YUTEJIbHO  OOJblIIe,
yeM CpelHUi pOCT
MYXYMH TOTO BpeMe-
HU. Y Hero ObLIA
JUTMHHBIC PYKU W HOTH C THIIEPMOOMIBHBIMU
cycTaBaMM, TOHKME JJTMHHBIC TMaJIbIIbI, MJIOC-
KOCTOITUE, Y3KOE JIMLIO, AJTMHHAA TOHKA 1Ied.
Ero rpymHas Kietka, IO CJIOBaM JIEJIOBOTO
naptHepa JluHkonbHa Yumiwbsima [epHmoHa,
OblJ1a y3KOM 1 BIAJIOMN.

JIBa roma cnyctsi H. Schwartz ycraHOBMI KIMHUYECKUI
MarHo3 cuHapoma MapdaHa y 7-71eTHero MajibyMka, KOTO-
PbIi SIBJISICS IOTOMKOM ITparnpazaena ABpaama JIMHKOIbHA 110
OTLIOBCKOI JIMHUM. DTO pacCMaTPUBAIOCh KaK €llle OTHO MO/~
TBepXKaeHne Hamnuuss CM y mpe3uaeHTa.

Heckonbko mosxe H. Schwartz mpeamonoxw, uro y JInH-
KOJIbHA ObLIa TaKXe HEIO0CTaTOYHOCTH AOPTAJIbHOTO Kila-
MaHa — OJVH 13 BaXHBIX KoMIoHeHTOB CM. B monTBep:kaeHme
3TOM TeoprH Schwartz IpUBOIUT OXHY UHTEPECHYIO HCTOPHIO.
Ha onxoii u3 dororpaduit, cnenanHou 15 Hostopst 1863 roza,
e JIMHKOJIbH CUITUT, 3aKMHYB HOTY Ha HOTY, M300paXXeHHe Jie-
BOW Horu pacruibiByatoe (puc. 1). JIMHKOIbBH 3aMeTHs1 3TOT
dakt u ynusuiacs. XKypHanuct Hoa Bpykc (aBTop onHoil U3
ouorpaduii JIuHkonbHa) B Oecene ¢ MPe3UICHTOM MPEono-
KW, YTO Pa3MbITOe M300paxkeHHe SIBISETCS Pe3yJbTaToM
MyJbCallMy apTepuii, KOTOpas MPUBOAUT HOTY B ABMKCHUE.
YroObI MPOBEPUTH 3TY M0, JIMHKOJIBH CKPECTU HOTH 1 Y0e-
JIJICS. B TOM, YTO HAXOMSINASICS CBEPXY HOTa IMOKAYMBAETCS
B TakT Myabcy. UMeHHO 3TOT 3nu3on Schwartz mcmonab3oBa
KaK OCHOBHOE J0KAa3aTeJbCTBO HanMuus y JIMHKOIbHA aop-
TaJIbHOM peryprutauuu. bojee Toro, mogoOHBIN CUMIITOM JIa-
Ke TTOJyumt umst JIMHKOIbHA.

Ta6nuua. AuarHocrnueckue kpurepun CM

Cucrema

Mansie kputepum

Aea 6onblumnx KpUTepus unu oauH 6onbLuoi u ABA U3 HNXKenepeuncseHHbIX:

~ YMepeHHO BbIpaXkeHHas BOPOHKOOGpasHas Aedopmauus rpyaHOI KneTku,

- 6 0CTh

— BbICOKOE (roTMYECKOE) HE6O € TECHBIM NONOXKEHUEM 3y608,
- XapakTepHbie nuLo 1 popma yepena (aonuxouedanus, runonnasus
CKY IX KOCTEN, 3HO , PETporHarms)

— YNnoweHne poroeuLbl,
~ yBeNnu4YeHue aKcManbHOro pasmepar
~ IMNONNA3MS PAYXKN UAKN LIUAUAPHON

\1p! U

P [ \
( L aalhg | L !
Mponanc muTpanbHOro knanaHa ¢/6e3 MUTPANbHOM peryprutaume,

ol LS NerouHom aptepun 6e3 euaumbix npuuut po 40 ner,
KanbuMduKauus MUTpanbHOro konbua Ao 40 ner, A LM UITH PaC
HUCXOpAsILL el rpyAHON/6piowwHoii aopTbl Ao 50 ner

CROHTAHHBIA MHEBMOTOPUKC, anuKanbHble 6yﬂl‘lbl

q'rpo¢ul|ecxue CTpUMn 6€3 SBHbIX MPUYMH, peLuausmpylowine unm
nocneonepaluoHHbIe FPbDKK

3n0pQBL YKpainu
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CrienyeT 3aMeTHTh, YTO aopTalbHas PETYPrUTAMs — 3TO
CUHIPOM, JUTST OTTMCAHMUST KOTOPOTO MCTIONIB3YeTCsI €1Ba HU Ha-
Oosiblliee B UCTOPUM MEAMLIMHBI KOJTMYECTBO SMIOHUMOB. DI0-
HMMUYECKME TEPMUHBI B MEIUIIMHE — 3TO Ha3BaHUE CUMIITO-
MOB, CMHIPOMOB WJIM 3a00JIEBaHMIA 1TO0 UIMEHM Bpaueil v yJe-
HBIX, BIIEPBbIE MX OMUCABIINX, WIX 10 UMEHU ManueHToB. Ko-
JINYECTBO IHMPOKO HC-
MOJIb3YEMbIX 3IMOHU-
MUYECKHUX Ha3BaHMIA
CUMIITOMOB a0pTaJlb-
HOM  peryprutauuu
JOCTUTAeT JIecsTKa:
cumnrombsl  Miocce
(PUTMUYHOE TTOKAYM-
BaHME TOJIOBBI B TaKT
nyJncy), Jlanmonbhu
(yJIbcalusi 3paykoB),
Miomepa (myabcanust
MSITKOTO Heba U S3bI4-
Ka), Xumia (CUCTON-
yeckoe AJl B momko-
JIECHHOW SIMKE BHIIIIe
Ha 80-100 MM pT. CT.,
YeM HaJ TUIeueBOM ap-
Tepueii), mynbc Koppurana (BumpuMmast myJIbCcalysi COHHBIX ap-
tepuii), mrym OctrHa DvHTA, ABOMHON myM /10po3be U Ip.
EcTb eie HECKOJTbKO MeHee M3BECTHBIX SMOHMMHUYECKUX
CHUMIITOMOB, B TOM YHMCJIe X CUMITOM JIMHKOJIbHA (TTOKaYMBa-
HME HOTU B TaKT IYyJIbCY).

B emie 6onee mo3nHeit mydaukaimu H. Schwartz nmpusoaut
JIOTIOJTHUTENIbHBIE (haKThl, MOATBEPXKAAIOIIME HATUUME HEed0-
CTaTOYHOCTU aOPTAIbHOTO KiianaHa y JInHkojbHa. OH OTMEYaer,
410 JIMHKOJIbH HACTOJIBKO TJIOXO YyBCTBOBAJ Ce0sI B MOCICIHME
MECSIIbI XKU3HM, YTO BPSII JIM ObI ITEPEXIMI BTOPOI CPOK Ha TIOC-
Ty Mpe3UACHTA.

[TpubnusuTenbHO 3a 7 Hemeab 10 YOMICTBA OJM3KUNA APYT
JlnakonbHa JIxkomrya Crmn ObUT CBUIETENIEM YPe3BBIYAHO
SMOILIMOHAIBLHOTO 3ITM30/a, BO BPeMsI KOTOPOTO IBE HACTOMUM-
Bble XKEHIIMHBI Tpocwiv y JIMHKOJIbHA MTOMWJIOBAHUS IS
JIVITT, YKJIOHSIBITMXCS OT MoOmm3arin. Kak TobKo KeHITUHBI
yir, Cnun obparuics K JIMHKONbHY: «DTO YAUBUTEIBHO,
YTO TaKas clieHa He yousia Te0si». [1pe3uieHT, 3aaymMaBIimch Ha
HEKOTOpOe BpeMsi, OTBETHI: «/la, Thl B OTpeneeHHO CTeNeH!
npaB. Sl He TOKeH MoaBepraTh ce0s CUIbHBIM MepeKMBaHU-
M. Sl 4yBCTBYIO ce0sl ceifuac HEXOPOILo, Y MEHSI TTOCTOSTHHO
MEP3HYT PYKU M HOTHM, U MHE, HaBEpPHOE, CJIeA0BAIO ObI JeUb
B moctenb. Ho curtyanusi, cBumeTeneM KOTOPOM ThI ceiiyac
cTajl, He MOXeT MPUYMHUTH MHe Bpea. [1o rpaBme roBopst, 310
ClIeHa — eIUHCTBEHHOE, YTO CMOTJIO CETOMHS 3aCTaBUTh MEHSI
320BITh 0 MOEM COCTOSTHUM M JOCTaBMJIO MHE XOTb KaKOe-TO
yaoBoabcTBUe». H. Schwartz oOBSICHSET «Mep3HyIINe» PYKH
u HoTY JIMHKOJIbHA IIEHTpaIM3aIell KpoBOOOPAIeHNST, TIPU-
YUHO KOTOPO#i ObLTa a0pTaibHAs HEMOCTATOYHOCTD.

B nmocnemHme Mecsibt ku3Hu JIMHKOBH CHITbHO yetaBat. du-
3MYeCKast Harpy3Ka, KoTopast He3aI0JIro JI0 3TOTo ObLTa UCTOYHM-
KOM YIOBOJILCTBUS TS TIPE3UAEHTA, ObICTPO M3HYpsiia ero. Ta-
KYIO yTOMJISIEMOCTD, cuMTaeT Schwartz, Hejib3s CYMTaTh HOpMaslb-
HOI U1 56-JIETHETO MYKYMHBI O€3 M30bITKA MACChI TeJia, HUKOT-
Jla He KYPUBILIETO U HE 3/10yMOTpe0JIsiBILero ankoroieM. He ocra-
JIUCh 03 ero BHUMAHUS U TaKUe CUMITTOMBI KakK yJacTHBINASICS
B TIOCJIETHIE MECSIIBI TOJIOBHAST 00JIb I 0OMOPOKH.

Nurkoussr u curopoum Mapgpana:
apeymeHmbsl <npomuio»

IMporuBHyku Teopuu CM y JIMHKOJIbHA MPUBOIAT HECKOJIb-
KO KOHTpapryMeHTOB. Bo-mepBbIX, KMUCTH U Maiblbl y JIMH-
KOJIbHA OBLIM XOTh M JUIMHHBIMU, HO BOBCE HE TOHKHUMU
M MBSIIIIHBIMU, KaKUMK OHU ObIBatoT y ui ¢ CM. Boree Toro,
€r0 PYKH BHITJISIIENIA MOIIHBIMU ¥ MYCKYJTCTBIMHU.

Yto Kacaercs neopMarivy TpyaHOM KIETKU (O KOTOPOii MbI
3HaeM TOJIbKO CO CJIOB JICJIOBOTO mMapTHepa JIMHKOJIBHA), TO
HMKTO M3 Bpayeil, IPUCYTCTBOBABLIMX Ha ayTOIICUU W BUIEB-
IIUX OOHAXKEHHOE TEJIO MPe3uIeHTa, He OTMETUJI TAKOI aHOMa-
JIMM B OTYETAX.

HecMmotpst Ha To 9TO MMEIOTCST HEKOTOPbIE JOKAa3aTeIbcTBa
B MOJb3y Apyrux mnposieieHuit CM y JIuHkosbHa (maTosorus
r1a3, CepAeYHO-COCYAUCTON CHUCTEMbl, OTSTOLUEHHBIA CEeMEeii-
HbIif aHaMHE3), MHOTMM aBTOpaM OHM KaXKyTcsl HeYOeIUTeIbHbI-
mu. M3BecTHO, uTO JIMHKOJIBLH Hayajl HOCUTb OYKM B BO3pacTe
47 7et, mpuyeM OYKU ISl UTeHUsl (1 KOppeKIUu Mpecono-
MWN), YTO SBJISETCS OOBIYHBIM SIBJICHUEM IS JIMILL MOXKKIOTO
Bo3pacta. O Ipyroii maToJ0ruy OpraHa 3peHMs He YIIOMUHAETCS.

Hewmano Bo3pakeHMii BBICKa3aHO U B aIpec OMMCAHHON BbI-
e uctopuu ¢ potorpacdueit, 6aaromapst KOTOPOil B CEMUOTHKE
A0PTAIbHOM HEJOCTATOUHOCTH MOSIBUJICS CUMITOM JIMHKOJIb-
Ha. Tak, ¢otorpadsl yrBepxkaatoT, 4To Hora JInHKobHa Ha 00-
CyXIaeMOM CHUMKE ITPOCTO HaXOAUTCs BHe (hokyca (hoTorpa-
(upoBaH¥e B ICBITHAAIIATOM BeKe TPeOOBAJIO JUTMHHOM BbIIEPK-
KU, a OCTaBaThCsl aOCONIOTHO HEABMXKMMBIM OT HECKOJbKMX
MUHYT JI0 MoJiyyaca JOCTaTOYHO CJIOXHO). Psi KnuHuimcToB
CUMTAIOT MOKAYMBAaHUE HOTU B TaKT MYJIbCY MPU 3aKUAbIBAHUN
HOTY Ha HOTY a0COTIOTHO HOPMaJIbHBIM SIBJICHMEM, YaCTO Ha-
OJ1I0TaeMBIM Y 3M0POBBIX JIMIL. JIpyrvie BUOST B 3TOM SIBJICHUU
pe3yJIsTaT Ba3oAuIaTallii, XapaKTepHOM sl THKYOAIIMOHHOTO
Teproaa OCIbl, KOTOPYIO, KaK M3BeCTHO, JIMHKOJIBH TiepeHec
B KoHIIe 1863 roma.

Taxske pa3yMHBIM SIBIISICTCSI 3aMEUaHKE O TOM, UTO B 3aITUCSIX
Bpayeii JINHKOIbHA HET YIIOMUHAHWS O HAJIMIUHU TTAaTOJIOTHIEC-
KUX IIYMOB B CepAlle WJIM APYTMX NPU3HAKOB 3a00JIeBaHUS
cepmia. bonee Toro, B 0TYeTE O BCKPHITHM HET yKa3aHWsI Ha Ha-
JITYe aHOMaJTMK WJTA TIATOJIOTMY a0PTHI.

Pouaezriu Beiurix Lrodect

W Hakonen, cuHapoM MapdaHa, TMarHOCTUPOBAHHBIN
y OaJTbHETO PONCTBeHHWKA JIMHKOJBbHA, BPSI JIM CTOWT pac-
CMaTpuBaTh B KauyeCTBE BECKOIO apryMeHTa, TaK Kak JIMIIb
1/4096 yacTh MX TEHETUYECKOTO MaTepyaa COBIaIaeT.

Dpyeue bepcuu

BonbIIMHCTBO yYEeHBIX HE TIOBEPraloT COMHEHMIO TOT (DAKT,
yto ABpaaM JIuHKOJIBH 0OJien Majsipueid M OCroi B JIETKON
(opme. JIocTaTOUHO JABHO MMEJIa MECTO TUCKYCCHUST O TOM, MOT
JIM TIPE3UIEHT IepedoieTh cKapiatuHoi B 1860 romy, Korma
¢ 3TUM MH(DEKIIMOHHBIM 3a00JIeBaHMeM clieT ero cbiH. Ho Tak
KaK B JaHHOM KOHTEKCTe 0OCYKIaICS BCETO JIUIIb ATTM30 JIeT-
KOTO HEJIOMOTaHUSI B TeUeHNE HECKOJIBKUX THE, Pa3BUBATh ITY
TeMy B JaHHOM 0030pe Mbl HE CTaHEM. 3HAuMTeJbHO OoJiee
JIMCKYTa0eIbHbIe TMMOTE3bl ObUTM MPEIJIOXEHbI B KOHIE XX
ctosietust. X Mbl pacCMOTPUM HEMHOTO MOAPOOHEN.

B 1994 . B xypHane Nature Genetics Obl1a Omy0JMKOBaHA
cTaThsl, B KOTOPOW y4yeHble M3 YHuBepcuTeTa MUMHHECOTHI
(L. Ranum et al.) BbIcKa3aiu MpeanoaoXKeHne O TOM, YTO ABpa-
aM JIMHKOJIbH CTpajial HacleICTBEHHON CIMHOMO3XEUKOBOI
aTakcuen 5 turma.

B HacTosee BpeMst aTaKCHM TIPUHSATO Pa3AeisaTh Ha TIPU00-
peTeHHBIC U HACIICICTBEHHBIC, KOTOPBIE, B CBOIO OYEpe/b, JIe-
JIATCS Ha ayTOCOMHO-TOMUHAHTHBIE, QyTOCOMHO-PEIIECCUBHBIC
n X-CIeIUleHHbIe. AYTOCOMHO-IOMUHAHTHbBIE aTaKCUA — 3TO
TeHeTIeCK! TeTeporeHHasi IpyIma 3a00JeBaHUi, TPEICTaB-
JICHHAs! TIPEMMYIIIECTBEHHO CITMHHOMO3XEUKOBBIMU aTaKCHsI-
MU (spinocerebellar ataxia, SCA). OCHOBHBIMU MPOSIBJIEHUSIMU
SCA sBAsIIOTCS: HapyleHue KOOPAMHALUY IBUXKEHWIA, IaTKast
MOXOJKa, HapyllleHUs1 peuu. B Hactosiee Bpemsi BbIICSIOT
okosio 30 turmoB SCA B 3aBUCHMMOCTU OT JIOKAJIM3alusl TeHa,
MyTalusl KOTOPOro MPUBOIUT K pa3BUTHIO 3a0oseBaHus. Ho-
Mmep tuna SCA (SCA1, SCA2 u T.1.) 3aBUCUT OT OYEePEIHOCTH
OOHapYXEHUS] MyTalllH.

ABTOpPBI CTaThu,
0 KOTOpOIl YIOMHHa-
JIOCh BBIIIE, B Havaje
90-x romoB XX croJe-
TUST KapTUpOBaIU S5-I
IO CYETY TeH, MyTaLMsl
KOTOPOTO  MPUBOIUT
K pa3Butuio SCA (reH
SPTBN2, JIOKYC
11p13 B 06JacTH LIEHT-
pomepbl 11 xpomoco-
Mbl). CremoBaTebHO,
oty GopMy aTakCHu
HasBamm SCAS. Ho mo-
MHUMO  TIOPSIKOBOTO
HOMEpa OHa TakKKe I10-
JIy4WJIa Ha3BaHUE aTak-
cun JIMHKOJbHA, TaK
Kak MyTaius reHa B 11
XpOMOCOME Oblla BbI-
SIBJIEHA TOJIBKO B OJTHOM
ceMbe — Yy IMOTOMKOB
nena v 0adyiku ABpa-
ama JIMHKoJIbHA 1O OT-
LIOBCKOI TuHUM. Beero
aMepUKaHCKUE YUeHbIE
obcrenoBanu 170 ue-
JIoOBeK M3 poma JIuH-
KOJIbHOB M y 56 U3 HUX
O0OHAPYXWIN He YTPOXKAIOIIYIO XKU3HA ayTOCOMHO-JIOMWHAHT-
HYIO aTaKCHI0, KOTOpast KaK 10 KIIMHUYECKUM, TaK U TI0 TeHe-
TUYECKUM XapaKTepUCTHKaM oTiardaiack oT SCA, TeHbl KOTO-
PBIX OBLTA KapTUPOBAHKI paHee.

SCAS HacsieyeTcsi o ayTOCOMHO-TOMUHAHTHOMY THUITY, [10-
9TOMY DHUCK POXICHMsI 0OJbHOro pedeHKa B ciayyae, Koraa
OIMH POIMTEL MMEET 3TO 3aboseBaHue, coctapisger 50%. Ec-
JIM TIPEITIOJIOKEHNE aBTOPOB O TOM, UTO Jie]l WK OabyIiKa AB-
paama JIMHKOJIbHA CTpagaau 3Toi (OPMOI aTaKCHM, BEpHOE,
TO BEPOSITHOCTh TOTO, YTO MPE3UICHT YHACIEIOBal MYyTallMIO,
cocrasnser 25%.

EcTh M1 OCHOBaHMS TTOMHMMO PE3YJbTaTOB OOCIIEIOBAHUS
TTAJIBHAX POACTBEHHMKOB MPEATIOIaraTh Hajmuue y JIMHKOIb-
Ha SCAS5? Ilo Bceit BummMoctH, ga. OTMEUeHO, YTO TIepBbIC
CUMIITOMBI 3TOTO 3a00JIeBaHUST MPOSIBISIIOTCSI KaK TPABUIIO
B Bo3pacte 30-50 yieT (3aperucTpupoBaHbl ciiydyau MaHUec-
tauuu SCAS B Bo3pacte ot 4 1o 70 ner). Haubonee xapakrep-
HBIM CHUMIITOMaMW HMMEHHO 3TOW (hOpMBbI HAClIeICTBEHHOM
aTaKCUU SIBJSIOTCS AMCKOOPAMHALIMS ABMXKEHUM PYyK WM HOT,
aTakKTUYHasl TMOXoAKa (HapylleHWe pPaBHOBECHS BO BpeMsi
XONbObI) ¥ TU3apTpusl (HEBHATHAs peub). B 6uorpacdusx JIux-
KOJIbHa HEpeaKO YMOMHUHAETCS €ro Heykiroxkas, HeTBepaas
MOXO/IKa, KOTOPYI0 MOXHO paccMaTpuBaTh KaK HadyalbHOE
MpOsIBIICHUE 32001 BaHMS.

B 2001 ©. B xypHane Perspectives in Biology and Medicine
Norbert Hirschhorn pazmectun crarbio «[omyobie o AB-
paama JInHKonbHa. BeUIo 11 y Harrero 16-ro mpesumeHTa oT-
paBneHue pTyThio?». To, uTo JIMHKOIBH B TeUCHUE ONPEICTICH-
HOTO BPEMEHW PUHUMAJ «TOTyObIe TIVUTIOM» (ITMPOKO Ha3HA-
yaguieecst B XIX crojieTnu JjekapcTBo, cofepKaliee MeJIKoaC-
MEPCHYIO 3JEMEHTAPHYIO PTYTh), — J0OKazaHHbIN (akT. Criop
BEIETCS BOKPYI MPUYMHBI MPUEMa 3TOro JIEKApCTBEHHOTO
cpenctBa. HekoTopbie aBTOPBI CYUUTAIOT, YTO 3TO ObLT CUGDMIIUC,
KOTODPBIM MPE3UIEHT «003aBelicsl» elle B 26 JIET, a 3aTeM 3apa-
31JI CBOIO XKEHY M uepe3 Hee aeTeid. JIpyrue aBTopbl, B TOM YMC-
sie Norbert Hirschhorn npuaepXXuBaloTcsi TOYKMA 3pEHHUS, YTO
«T0JIyOble MUIIoNW» ObUTA JUIsl JIMHKOJIbHA CPEICTBOM OT -
npeccuu Wi unoxoHapuu. Norbert Hirschhorn cumraer, uto

Puc. 1. ®oro, caenanHoe 15 Hos6ps
1863r.

TCUXOHEBPOJOIMYECKME CUMMTOMBI y JIMHKOIbHA (3MOIIMO-
HaJIbHasl TaOUJIbHOCTD, MOBbIILIEHHAsI BO30YIUMOCTb, SKCIIEHT-
pUYHOE TOBEIEHUE, BCIBIIIKA THeBa, MHCOMHUS, 3a0bIBUM-
BOCTb, TPEMOP PYK BO BpeMsI CTpecca) SIBISIOTCS pe3yIbTaTOM
HENUPOTOKCUYECKOTO neiicTBUs pTyTu. [IpaBma oH oTMedaer,
qyro JIMHKOJBH IepecTay MPUHMMATh MUIIONNA MPAKTUICCKU
cpasy TocJie MHAyTypalyy, Tak KaK TIOHUMaJl HeTaTUBHBIE 1TO-
CJIENICTBUSI TIpMEMa 3TOTO Iperapara.

W HakoHel1, HanboJIee MTO3THEN SIBIISIETCST TEOPUSI MHOXECT-
BEHHOW OSHOOKPUHHON Heoruiazuu Ttuna 2B (MEN2B).
[Mox TepMMHOM «MHOXECTBEHHAs SHIOKPUHHAST HEOILTa3us»
TTOHUMAIOT TPYIITY PAa3HOPOIHBIX HACTENCTBEHHBIX 3a00JIeBa-
HUI, MPU KOTOPBIX OTMEYAeTCsl MopakeHue ABYX U bosiee opra-
HOB 3HAOKpUHHOM cucteMbl. It MEN2B xapakTepHbl Takue
MPOSIBIEHUST KaK MeAyJIsIpHasl KaplMHOMA IIUTOBUIHOMN Xe-
ne3bl (100% GonbHbIX), heoxpomornuToMa (50%), Heitpodub-
poOMaTo3 ¢ TMOpaxkeHHWEM CIU3UCTBIX 000JOYEK IMOJOCTH pTa
1 ry0, MaphaHOMIHAs BHEITHOCTh, TATOJIOTHUS T1a3 (huopo3-
HOE TIepepOXKICHNE POTOBUIIBI, TUTIOTUIA3US PALYKKH, TJ1ayKO-
Ma, CyXOi KepaTOKOHBIOHKTHBHT, IIOIBBIBUX XPYCTAINKA), WH-
TECTUHAJIbHBIN HelpodrdpomMaTos.

Hanuaue storo Tsoxenoro 3adoneBanus y ABpaama JIMHKOJTb-
Ha 1 HEKOTOPBIX IPYTUX WICHOB €T0 CEMbH MPEIITOTOXKII 3Be-
CTHBI aMEPUKAHCKUI KapIUOJIOL, CELUAINCT MO PeaKUM 00-
JIE3HSIM, 9KCIEPT IO BorpocaM 310poBbsi npe3uneHToB CIIIA
John G. Sotos. OH Takxe SIBIseTCS HayYHBIM KOHCYJIBTaHTOM
MOMYJISIPHOTO  TeJIEBU3MOHHOTO cepuaia <«JlokTop Xaycs.
ITo muenu1o ipocdeccopa J.G. Sotos nuarHo3 MEN2B o0bsicHsi-
eT TMPAKTUYECKH BCE CUMIITOMBI U OCOOEHHOCTM JIMHKOJbHA:
CTpoeHUe Tesa (BBICOKUI POCT, JUTMHHbIE KOHEYHOCTH, Xy100a,
IJTOCKOCTOITME, BIaiasi Tpyab, TMIEPMOOMIBHOCTh CYCTaBOB),
HETIPaBUJIbHYIO (DOPMY TOJIOBBI M aCUMMETPUIO JInIa (KpaHUO-
CHHOCTO3), OCYHYBIIIEECS JIUIIO (YTO OBUIO PE3YIBTATOM CHIKEH-
HOTO MBIIIIEYHOTO TOHYCA, a HE MeYaIbHbIM BBIPAXKCHUEM JIMIIA
1 TIPOSIBJICHUEM JCTIPECCHM, KaK MHOTHE OIIMOOYHO CUMTAIOT),
YTOJIILIEHHBIE «OyIPUCTBIE» I'yObl (HEBPUHOMBI), YACTbIE 3aTOPbI
(cencTBYE MHTECTUHAILHOTO HelipohrubpomaTosa) u Jip.

J.G. Sotos cunTaert, 4To B MOCIEAHUE TOIbI KU3HU Y JIMHKOJIb-
Ha y>e ObUIO 37T0Ka4eCTBEHHOE HOBOOOPa30BaHME, XapaKTePHOE
s MEN2B, BeposiTHO, (heoxpoMoriuToma. Sotos yBepeH, 4To
ecau Obl He TPOM30ILIO YOUICTBO, MPE3UISHT MPOXMI Obl He
HaMHOTO J1oJbie. B mosb3y atoii uaeun J.G. Sotos mpuBoauT ciie-
NyIoIIVe apryMeHThI. JIMHKOIBH Hayal Tepath Bec B 1860 roxmy,
€T0 MPOTPECCUPYIOIIYI0 XyT00y OTMEUaT MHOTHE COBPEMEHHU-
Ku. [ircoBbie Macku caenanHbie B 1860-M 1 1865 romy (Bropast
HE3aJ0JITO 10 CMEPTH) YKa3bIBAIOT Ha 3HAUYMTENIbHOE MCTOHYE-
HMe MSTKUX TKaHe nia. BHeIIHMit BUI pe3naeHTa pa3uTeTb-
HO M3MEHMJICS 3a TIOCJECIHUI IO/ 3KU3HMU, (pHc. 2), KaK 9TO Jac-
TO MPOUCXOUT MPU OHKOJIOTUIECKUX 3200 IeBAaHUSIX.

YromisieMocTb, To-
JIOBHbIE 00, 0OMO-
POKHU, «MEpP3HYIINE»
PYKU M HOTH, CHUXeE-
HHME TOJEPAHTHOCTHU
K ¢usnyeckoil Ha-
Ipy3Ke, MOBBIIIEHHAs

MOTJIMBOCTb B ITOCTIE/~

HME MECSIbl XU3HU

TAKXKe  CBHIETEIb-

Puc. 2. ®otorpaduu JiunkonbHa, CTBYIOT B I10JIb3Y (heo-
caenaHbie B sHBape 1864 (a) XPOMOLMTOMBI.

Juarno3 MEN2B
MOATBEPXKAAIOT TaKXke
NaHHBIE CEMEHOTO aHaMHe3a: PaHHSISI CMEPTh TPeX ChIHOBEIA
JIunkosbHa (B Bo3pacte 10 20 yieT), ux MapdaHOUIHbINA radu-
TYC U yTOJIILIeHHbIE TyObl. Toabko ofMH CbiH PobepT nmen Hop-
MaJIbHOE TEJOCI0KEeHUE — OH JAOXMI 10 82 JIeT.

N J.G. Sotos, n L. Ranum B TeyeHne HECKOJIBKUX JIET 100U~
BaloTCs paspeleHust Ha nposeaeHue aHanu3a JHK JIunkonb-
Ha, KOTOPBIi ¢ BBICOKOI BEPOSITHOCTBHIO MOT ObI MOATBEPIUTH
WM OIPOBEPTHYTh UX TUIOTE3bl. TeM Oosiee UTo [UIsl MpoBeie-
HUSI TAKOTO MCCIIEIOBAHMS He TPeOYeTCsl SKCTyMalyst OCTAHKOB
Mpe3nIeHTa, TakK Kak B HalmmoHaIpbHOM My3ee 310pOBbS U Me-
muiHbl CIIIA xpansTest o6pasibl TKaHek JInHkoabpHa (hpar-
MEHTBI Yeperia, BOJIOCHI, OIeXKIa ¢ MHOTOYMCIICHHBIMU CIICIaMU
KpOBH, MyJIs, U3BJIEUEHHAs! U3 Tesa U fp.). Kak oTMevaer mpo-
deccop J.G. Sotos, «y Hac Het HegocTaTtka B JIHK JInHkosbHa,
3arBO3/IKa TOJIBKO B TOM, YTOOBI YOSIUTH OTBETCTBEHHBIX JIMIT
pa3peluTh UCMOIb30BaTh 00PA3LIbl €r0 TKAHEH IS aHATIM3a».

[Touemy xe Takoe paspelieHue 10 CUX MOp He MOJydYeHO?
OCHOBHBIX TIPUYMH JBe. Bo-TIepBbIX, cuMTaeTCs, YTO METOIbI
T€HETUYECKOM TUarHOCTUKM €llle He HACTOJbKO COBEPILEHHBI,
4ToObl 00ecmeunTh 100% rapaHTUIO MPAaBIUIBHOCTH 3aKJII0OYe-
Hus. Ho mpu mpoBeneHny recienoBaHus 00pasiibl Co caeaaMu
JAHK JlunkonbHa OyayT 4acTMUHO pa3pylIeHbl, YTO MOXKET
OKa3aThCs B OymyIeM HEBOCIIOJTHIUMOM ITOTepeii.

Bo-BTOpBIX, MHOTHX 3KCIIEPTOB OSCITOKOMT 3TUUECKUI BO-
npoc. Korna oxoso 100 jieT Ha3am BCTasl BOIPOC O MEpe3axopo-
HEHWU OCTAaHKOB JINHKOJIbHA, €T0 eIMHCTBEHHBIN OCTABIIAICS
K TOMY BPEMEHU B XUBBIX CBIH TIOMPOCUI OCTaBUTh TEJIO OTIA
B mokoe. Ero XenaHue T0KHO OBITh YYTEHO M B TaHHOM CUTY-
allK, CYUTAET AUPEKIIMS My3es. Ml HakoHell, He pellieH BOMpoc
0 TOM, TOJKHBI JIU OBITh TIPEICTaBICHbBI PE3YIbTaThl UCCIIEN0-
BaHUsI LIMPOKOIN OOIIECTBEHHOCTHU, €C/IM TeHEeTUYECKUi aHa-
JIU3 Bce ke OyneT mpoBeaeH. A 6e3 ero mpoBeAeHs] HaM OcTa-
€TCs1 TOJIKO 00CYXIaTh yKe MMEIOIIMecs U TpeiiaraTb HOBbIe
TUITOTE3BI.

n dpespane 1865 ropa (6)

Cnmcok nuTeparypbl HOXOAMTCS B PEAAKLMM.

lMoarotosmuna Haranes MuweHko






